born after a pregnancy complicated by polyhydramnios. Her birth weight was 2-7 kg at term. She was a slow feeder for three months and vomited intermittently until 14 months of age. On examination at 4 years her height was 98 cm (below the 3rd centile) and she had low set, posteriorly rotated ears, poor hair growth resulting in sparse This male was born at term with a birth weight of 2-47 kg. The pregnancy was uneventful. The father was 167-7 cm tall and the mother was 164-5 cm tall.
Soon after birth it was noted that the proband's head circumference was increasing and a moderate hydrocephalus was diagnosed and shunted. When seen at the age of 5 years his height was 85 cm (5 SD below the mean). He had an IQ of 89 but coped at an ordinary school.
On examination, he had low set, posteriorly rotated ears, a small nose ('snub nose'), and epicanthic folds. He had a squint but no hypertelorism. His nails grew poorly and his teeth were decayed. He sweated normally. His left testicle was undescended. Examination of the cardiovascular system was normal. A skeletal survey revealed some narrowing of the interpedicular distances between Li to L5, but was otherwise normal. His bone age at 5 years was three years behind. His mother was a professional hairdresser and stated that her son's hair was extremely sparse and had only been cut once or twice in five years. CASE 4 (FIG 4) This female was born at 37 weeks weighing 3-6 kg. She was in the special care nursery for 10 days because of poor feeding. At one month of age she was readmitted to the children's ward and found to have a hypertrophic cardiomyopathy. Her development has been delayed. She smiled at 8 weeks and sat up at 7 months. At 2 years she walks with assistance but not alone. She has said a few words but she does not show much interest in her surroundings and shows little evidence of cognitive development. She is probably functioning around the level of a 10 month old child. She is the oldest child of unrelated parents. There is a marked family history of deafness. Her father is deaf and this was thought to have occurred after a measles infection at FIG A number of investigations were carried out. A brain scan was performed and suggested the presence of brain stem atrophy. There were dilated third and lateral ventricles and also a wide sylvian fissure probably indicative of hypoplasia. Auditory evoked responses showed an absence of response with right ear stimulation suggesting that the auditory pathways to the right ear were affected. There was also a less severe abnormality on stimulation of the left side. It was noted that for a child of 2 years she had very poor hair growth and it had never been cut.
Discussion
All four children reported here had a significant lack of hair growth and cutting had seldom been needed. When the hair did grow it was not a luxuriant growth and parents commented that it was sparse. The other features common to all the children in this report are short stature, mildly slow development, posteriorly rotated ears, short nose, and low hairline. Pulmonary heart murmurs occurred in two (one of them was thought to have mild pulmonary stenosis and one had a cardiomyopathy).
Poor hair growth can be a feature in other dysmorphic syndromes. It The second possibility, and the one which we favour, is that the phenotype illustrated in this report of short stature, sparse hair growth, posteriorly rotated ears, trident hairline, and mild mental retardation represents a distinctive, previously unreported syndrome.
We would like to thank Drs M Preece, M Savage, and J Wilson for referring the patients.
